Abstract Two children out of three siblings of a family presented with tiredness, fatigue, and breathlessness for more than 6 months. Examination of peripheral blood smear, bone marrow aspirate, and a positive acidifi ed serum test (HEMPAS) revealed these children to be a case of congenital dyserythropoietic anemia type II. This case is reported because of its rarity.
Introduction
The congenital dyserythropoietic anemias (CDA) are a group of genetic disorders characterized by ineffective erythropoiesis and dyserythropoiesis [1] .
Congenital dyserythropoietic anemia type II (CDA-II) is an autosomal recessive disease that represents the most common form of CDA [2] . The etiology is unknown for all the forms [3] .
It comprises an anemia of variable severity, jaundice and hepatosplenomegaly. A diagnosis of CDA-II is generally considered after other chronic hemolytic anemias have been ruled out [4] . Erythroid hyperplasia with binuclearity or multinuclearity involving late erythroblasts in the bone marrow is a key feature of the diagnosis. BM examination remains the gold standard for diagnosis [5] . The pathognomonic fi ndings in CDA II are that the patient's RBCs are lysed by acidifi ed serum. The combination of erythroblast multinclearity and the sensitivity of circulating RBC to lysis by acidifi ed normal serum is the reason that type II CDA is known by the acronym HEMPAS (hereditary erythroblastic multinuclearity with a positive acidifi ed serum test) [6] Case 1
A 5-year-old girl was admitted in the pediatric ward of the Regional Institute of Medical Sciences(RIMS), Imphal, Manipur, with the chief complaints of intermittent episodes of tiredness, fatigue, and breathlessness for the last 6 months. There was no history of fever, cough, chest pain, or jaundice. She had been treated with six blood transfusions as a case of Beta Thalassemia major in another local hospital and had attended our OPD for blood transfusion. There was no history of recurrent respiratory infections or diarrhoeas. Her birth, developmental, and dietary history were within normal limits. She was also fully immunized for age. There was no history of consanguinity between her parents or her grandparents.
On examination, she was afebrile, co-operative, grossly anemic and had a heart rate of 104/min, blood pressure of 90/60 mm Hg., and respiratory rate of 32/min. There was no jaundice, clubbing, cyanosis, or signifi cant lymphadenopathy. However mild frontal and bi-parietal bossing with malar prominence was noted. She measured a weight of 12 Kg and height of 95 cm, head circumference of 53.3 cm and mid-arm circumference of 13.8 cm.
Liver was palpable 6 cm below the right costal margin with a span of 11 cm. Spleen was palpable 6 cm below the left costal margin with splenic notch also appreciable. The gall bladder was not palpable. Cardiovascular examination revealed a normal sized heart with normal S1 and S2 and a grade II ejection systolic murmur. Rest of the systemic examination was within normal limits.
Investigation reports
Complete blood count Hb-5.4gm/dl, TLC-7000/cu.mm, DLC:P49%, L45%, M3%, E3%, ESR -80 mm/1st hour, Platelet count -2.5 lacs/cu.mm, Reticulocyte count-1.2%. RBC morphology was predominantly normocytic, normochromic with a few macrocytes.
Bone marrow examination
Hypercellular marrow with erythroid hyperplasia; predominantly dyserythropoietic maturation; normoblasts with a mixture of binucleate, multinucleate, multilobate and megaloblastoid erythroblasts with occasional pseudo internuclear bridging and gigantoblasts were also noted. M:E ratio was 1.5:1. The granulocytopoiesis and megakaryopoiesis were within normal limits.
Other tests 
Case 2
A 10-year-old boy, elder brother of case 1, had similar complaints for the last 1 year. On October 2002, he was diagnosed as a case of iron defi ciency anemia by some pediatricians and had received blood transfusion on two earlier occasions. Birth, developmental, and dietary history were within normal limits and he was also fully immunized for age. Family pedigree is same as in case 1.
On examination, he was afebrile, non-irritable, pale, and had mild pedal oedema and with a normal facies. There was no jaundice, clubbing, cyanosis, & lymphadenopathy. His pulse rate was 84/min, blood pressure 100/60 mmHg and respiratory rate 28/min. JVP was not elevated. He measured a weight of 21 kg, height of 124 cm, a head circumference of 52.8 cm, and a mid-arm circumference of 16.2 cm.
Cardiovascular examination revealed a normal sized heart with normal S1 & S2 and a grade II ejection systolic murmur. Abdominal examination revealed a fi rm liver 3 cm and spleen 2 cm below the costal margins. The gall bladder was not palpable and there was no evidence of free fl uid. Rest of the systemic examination was within normal limits.
